Abstract A hereditary chondrocalcinosis is described for the first time in an Ashkenazi Jewish kindred. Of 34 family members in five generations, seven had medical history suggesting the disease. Five of25 members ofgenerations III-V had direct evidence for their disease.
Characteristicaily, symptoms started at a fairly early age (third decade) while radiological evidence of chondrocalcinosis was delayed to the fourth decade. Joints commonly affected were knees, wrists, and elbows. The course was chronic with acute, exercise induced exacerbations.
Calcium pyrophosphate dihydrate (CPPD) crystal arthropathy is a disease characterised by the deposition of these crystals in the joint cartilage. ' The exact factors responsible for such deposition are still unknown. Three main forms of disease may be defined: (a) a hereditary form; (b) a form associated with endocrine or metabolic disorders; and (c) a sporadic form, by far the most common.
Several hereditary series have been reported to date. '3 " The series differ in many aspects, including the presumed genetic transmission, though autosomal dominant inheritance was suggested in most.'2 Sporadic chondrocalcinosis in a Jewish home for the aged has been described in 27-6% of the residents'4; no hereditary CPPD deposition was reported in this ethnic group, however. We report here for the first time a Jewish kindred with a clustering of chondrocalcinosis.
Materials and methods
The family of the propositus (fig 1, IV-4 Case report A 43 year old doctor was referred for our observation because of protracted pain in his knees. The patient's father had gout and he had other relatives with hyperuricaemia. The (fig 2) showed progressive osteoarthrosis of medial, lateral, and patellofemoral compartments of both knees with chondrocalcinosis of both meniscal and articular hyaline cartilage. Osteoarthrosis of the cervical spine with multiple subluxations and suspected congenital fusion of C3 to C4 were also evident. The intervertebral discs did not show calcification. Hands and wrists seemed normal.
Serum calcium was slightly raised on a single occasion, but repeated determinations, as well as phosphorus, magnesium, and alkaline phosphatase, were normal. Further laboratory tests were normal and included uric acid, creatinine, creatinine clearance, 24 hours cyclic AMP, serum iron and total iron binding capacity, caeruloplasmin, free thyroxine, parathyroid hormone, growth hormone, insulin, urine free cortisol, rheumatoid factor, and antinuclear antibodies. Knee joint fluid examined by one of us (HRS) during a quiescent phase, using polarised microscopy and alizarin red S screen The inheritance pattern seems to be dominant with varying expressivity. Without a systematic radiological study of all family members, however, a firm conclusion on the inheritance pattern cannot be reached. Because this family, as in the Hungarian series,3 does not show man to man transmission, an autosomal versus sexlinked transmission cannot be excluded.
